Primary testicular leiomyosarcomas (LMS) are very rare tumours, with only 20 cases reported so far in the literature (Abdullazade et al. Turk Patoloji Derg 29:227-230, 2013; Komeya et al. Indian J Urol 28:343-346, 2012). We present a case of a 70-year-old male patient who presented with recurrence in the right hemiscrotum 10 weeks after right inguinal orchidectomy for a testicular mass which diagnosed as primary intratesticular leiomyosarcoma. He was treated with wide local excision and adjuvant radiotherapy.
Introduction
Leiomyosarcoma (LMS) is a malignant mesenchymal neoplasm thought to have originated from smooth muscle. It accounts for approximately 7 % of soft tissue malignancies. LMSs are generally seen in middle-aged and elderly patients. They can arise in any location but more than half are located in the retroperitoneum and pelvic sites with the uterus being the most common site. LMS can arise from any blood vessel, but the pulmonary artery and inferior vena cava are commonest [1] . Male genitourinary LMS are rare, with approximately 100 paratesticular LMS being reported in the literature [2] . Primary intratesticular leiomyosarcoma is even rarer with only 20 cases known so far.
Case Report
A 70-year-old male patient presented with a history of recurrent right scrotal swelling of duration 8 weeks. He had undergone inguinal orchidectomy about 10 weeks back at a secondary care centre for right testicular mass. The patient was lost to follow-up and presented to us (tertiary care centre) with a rapidly enlarging mass in the right scrotum for the past 8 weeks. On examination, a hard irregular nontender mass of size 4 × 6 × 3 cm was present in the right hemiscrotum extending up to the pubic tubercle which was mobile and not fixed to underlying structures but fixed to the scrotal skin. The left testis was normal; abdominal and bilateral inguinal examination was normal. Fine needle aspiration cytology of the recurrent scrotal mass showed malignant spindle shaped cells. Computerised tomography of the thorax abdomen and pelvis showed multinodular ill-defined large soft tissue density mass lesion of size 60 × 46 × 65 mm seen in the right hemiscrotum with overlying cutaneous and subcutaneous oedematous changes, extending along the right inguinal canal, showing areas of necrosis and internal vascularity recurrence of malignancy (Fig. 1) . Serum LDH, beta HCG and AFP were within normal limits. Review of the primary testicular mass showed undifferentiated malignant cells with an infiltrative growth pattern, pleomorphism, anisonucleosis and mitotic activity and reported as malignant undifferentiated neoplasm/embryonal carcinoma (Fig. 2) . Testicular substances showed degenerated tubules with no spermatogenesis. Immunohistochemistry (IHC) marker study was performed on the primary lesion which was positive for smooth muscle antigen (Fig. 3) and 30 % positive for Ki67, but was negative for CD34 and S-100. A final diagnosis of recurrent LMS of the testis was made, and wide local excision of the mass was done with margins of 2 cm and right side scrotal skin excision. The recurrent tumour was reported as high-grade LMS with negative margins.
Patient was advised adjuvant external beam radiotherapy (50 Gy in 1.8-2 Gy fractions over 5 weeks.) Discussion LMS is the third most common soft tissue sarcoma after malignant fibrous histiocytoma and liposarcoma [1] . Sarcomas of the genitourinary tract account for <5 % of these cases and <2 % of all urological tumours [2] . LMS of the testis are mostly paratesticular with about 100 case reported. Primary intratesticular LMS is still rarer with only 20 cases reported so far in literature and ours is the 21st case.
Most cases occur after the age of 40 with a mean age of 51 years at diagnosis and no predilection for any side. Radiation exposure [3] , high-dose anabolic steroid [4] use and chronic inflammation [5] are some of the predicted risk factors [2, 6, 7] . None of which were associated in our case. LMS arise from the smooth muscle cells within the testis such as blood vessels, seminiferous tubules and tunica [8, 9] . Primary LMS of the testis presents usually as a painless testicular mass as any other neoplasm of the testis and is managed similarly with inguinal orchidectomy [2, 6] . Definitive diagnosis is by histopathological examination and IHC marker study.
Inguinal orchidectomy is the initial standard treatment. Further adjuvant treatment with radiotherapy and chemotherapy is not standardised due to the limited number of cases reported [2, 6] . Most of the cases are considered to have low metastatic potential and limited to testis, and no adjuvant treatment was advised after high inguinal orchidectomy. Four cases developed distant metastases, all which were high-grade tumours [2] . None cases were reported to have only local recurrence. Yet, many of the non-metastasizing indolent intratesticular LMS have also been reported as high-grade lesions with numerous mitotic figures [7] . As our case was a high-grade tumour with local recurrence, we advised the patient for adjuvant radiotherapy.
Conclusion
Primary intratesticular LMS presentation is similar to other testicular malignancies and initial management consists of inguinal orchidectomy. Diagnosis is suspected by spindle shaped neoplastic cells with elongated blunt-ended nuclei and variably eosinophilic cytoplasm, forming interlacing bundles and sweeping sheets and confirmed by IHC study showing positivity for smooth muscle markers. Most patients would require regular follow-up after orchidectomy, but cases which show high mitotic rate and considered high-grade tumours should be considered for adjuvant treatment strategies. No final word regarding management can be given considering the small number of cases reported.
